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FIGURE 1 

GAAF: 5'-GCGATAGGTACCGCCATGGGAGTGAGGCACCCGCCCTGCTCCC-3 ' 
GAAR: S'-GCGATACTCGAGTCAACACCAGCTGACGAGAAACTGCTCTCCC-S' 
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FIGURE 2 
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FIGURE 3 

atgaaagggtccctcctgctgctgctggtgtcaaacctgctcctgtgccagagcgggtcc 

MKGSLLLLLVSNLLLCQSGS 
ggagccggggcccacatcctactccatgatttcctgctggttccccgagagctgagtggc 

GAGAHILLH DFLLVPR ELSG 
tcctccccagtcctggaggagactcacccagctcaccagcagggagccagcagaccaggg 

SSPVLEETHPAHQQGASRPG 
ccccgggatgcccaggcacaccccggccgtcccagagcagtgcccacacagtgcgacgtc 

PRDAQAHPGRPRAVPTQCDV 
ccccccaacagccgcttcgattgcgcccctgacaaggccatcacccaggaacagtgcgag 

P PNSRFDCA P DK AI TQEQCE 
gcccgcggctgctgctacatccctgcaaagcaggggctgcagggagcccagatggggcag 

ARGCCYIPAKQGLQGAQMGQ 
ccctggtgcttcttcccacccagctaccccagctacaagctggagaacctgagctcctct 

PWCFFPPSYPSYKLENLSSS 
gaaatgggctacacggccaccctgacccgtaccacccccaccttcttccccaaggacatc 

EMGYTA TLTRTTPTFFPKDI 
ctgaccctgcggctggacgtgatgatggagactgagaaccgcctccacttcacgatcaaa 

LT LRL DV .MM E T EN RL H FT I K 
gatccagctaacaggcgctacgaggtgcccttggagaccccgcgtgtccaqagccgggca 

DPANRRYEVPLET PRVHSRA 
ccgtccccactctacagcgtggagttctccgaggagcccttcggggtgatcgtgcaccgg 

PSPLYSVEFSEEPFGVIVHR 
cagctggacggccgcgtgctgctgaacacgacggtggcgcccctgttctttgcggaccag 

QLDGRVLLNTTVAPLFFAD Q 
ttccttcagctgtccacctcgctgccctcgcagtatatcacaggcctcgccgagcacctc 

FLQLSTSLPSQYITGLAEHL 
agtcccctgatgctcagcaccagctggaccaggatcaccctgtggaaccgggaccttgcg 

SPLMLSTSWTRIT LWNRDLA 
cccacgcccggtgcgaacctctacgggtctcaccctttctacctggcgctggaggacggc 

PT PGANLYGSHPFYLALEDG 
gggtcggcaGacggggtgttcctgctaaacagcaatgccatggatgtggtcctgcagccg 

G SAHGVFLLN SNAMDVVLQP 
agccctgcccttagctggaggtcgacaggtgggatcctggatgtctacatcttcctgggc 

SPALSWRSTGGILD VYIFLG 
ccagagcccaagagcgtggtgcagcagtacctggacgttgtgggatacccgttcatgccg 

PE PKSVVQ Q YL DVVGY P F MP 
ccatactggggcctgggcttccacctgtgccgctggggctactcctccaccgctatcacc 

PYWGLGFHLCRWG YSSTAIT 
cgccaggtggtggagaacatgaccagggcccacttccccctggacgtccaatggaacgac 

RQV VENMT RAH FP L DVQWN D 
ctggactacatggactcccggagggacttcacgttcaacaaggatggcttccgggacttc 

LDYMDSRRDFTFNKDGFRDF 
ccggccatggtgcaggagctgcaccagggcggccggcgctacatgatgatcgtggatcct 

PAMVQELHQGGR RYMMIVDP 
gccatcagcagctcgggccctgccgggagctacaggccctacgacgagggtctgcggagg 

AISSSGPAGSYRPYDEGLRR 
ggggttttcatcaccaacgagaccggccagccgctgattgggaaggtatggcccgggtcc 

GVFITNETGQPLIGKVWPGS 
actgccttccccgacttcaccaaccccacagccctggcctggtgggaggacatggtggct 
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XAFPDFTNPTALAWWEDMVA 
gagttccatgaccaggtgcccttcgacggcttgtggattgacatgaacgagccttccaac 

efhdqvp fdglwi dmnepsn 

ttcatcagaggctctgaggacggctgccccaacaatgagctggagaacccaccctacgtg 

FIRGSE DGCPNNELENPPYV 
cctggggtggttggggggaccctccaggcggccaccatctgtgcctccagccaccagttt 

PGVVGGT LQAAT I CAS S HQ F 
ctctccacacactacaacctgcacaacctctacggcctgaccgaacccatcgcctcccac 

LSTHYNLHNLYGLTEPIASH 
aqggcgctggtgaaggctcgggggacacgcccatttgtgatctcccgctcgacctttgct 

R A LVKARGTRPF VI SRSTFA 
ggccacggccgatacgccggccactggacgggggacgtgtggagctcctgggagcagctc 

GHGRYAGHWTGDVWSSWEQL 
gcctcctccgtgccagaaatcctgcagtttaacctgctgggggtgcctctggtcggggcc 

ASSVPEI LQFNLLGVPLVGA 
gacgtctgcggcttcctgggcaacacctcagaggagctgtgtgtgcgctggacccagctg 

DVCGFLGNTSEELCVRWTQL 
ggggccttctaccccttcatgcggaaccacaacagcctgctcagtctgccccaggagccg 

GAFYPFMRNH NSL L SLPQE P 
tacagcttcagcgagccggcccagcaggccatgaggaaggccctcaccctgcgctacgca 

YSFSEPAQQAMRKALTLRYA 
ctcctcccccacctctacacactgttccaccaggcccacgtcgcgggggagaccgtggcc 

LLPHLYT LFHQAHVAGETVA 
cggcccctcttcctggagttccccaaggactctagcacctggactgtggaccaccagctc 

R PLFLE F PKDS S TWTVDHQ L 
ctatggggggaggccctgctcatcaccccagtgctccaggccgggaaggccgaagtgact 

L W GEALL ITPVLQAGKAEVT 
ggctacttccccttgggcacatggtacgacctgcagacggtgccaatagaggcccttggc 

GYFPLGTWYDLQ TVPIEALG 
agcctcccacccccacctgcagctccccgtgagccagccatccacagcgaggggcagtgg 

SLPPPP AAPREPAIHSE GQW 
gtgacgctgccggcccccctggacaccatcaacgtccacctccgggctgggtacatcatc 

VTLPAPL D T I NV H L RA'GY I I 
cccctgcagggccctggcctcacaaccacagagtcccgccagcagcccatggccctggct 

PLQGPGLTTTESRQQPMALA 
gtggccctaaccaagggtggagaggcccgaggggagctgttctgggacgatggagagagc 

VALTKGGEARGELFWDDGE S 
ctggaagtgctggagcgaggggcctacacacaggtcatcttcctggccaggaataacacg 

LEVLERGAYTQVIFLARNNT 
atcgtgaatgagctggtacgtgtgaccagtgagggagctggcctgcagctgcagaaggtg 

IVNELVRVTSEGAGLQLQKV 
actgtcctgggcgtggccacggcgccccagcaggtcctctccaacggtgtccctgtctcc 

T VLGVATAPQQVL SNGVPVS 
aacttcacctacagccccgacaccaaggtcctggacatctgtgtctcgctgttgatggga 

NFTYSPDTKVLDICVSLLMG 

gagcagtttctcgtcagctggtgttga 
EQFLVSWC- 
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FIGURE 4 
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A) Blue Eluate 

B) Q Eluate 

C) Phe Eluate 
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Coiranassie 5ug BMl03/lane 



62- **f 

48- 
33- 

.... * ^*s.**i**; 

25- 



Western (1:5000) Primaiy 
0.5ug BM103 / lane 



WO 2005/077093 



PCT/US2005/004345 



6/8 



FIGURES 

FACE profiles for GAA from G715 and DUXB1 1 




07F 19% of total oligosaccharide profile 



07P 6.7% of total oligosaccharide profile 
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FIGURE 6 
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G71 6AA BSA 
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FIGURE 7 



Kuptake for DUX rhGAA = 2.95 nM, Kuptake for G71 rhGAA = 1.31 nM 
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